CONGENITAL adrenal hyperplasia is a rare disease of adults. Probably the oldest recorded case in the literature is of a 57-year-old woman (Logan and McMillan, 1964) who presented as an abdominal emergency. Most of the published reports and standard references are concerned with the biochemical data and there is little suggestion of a characteristic clinical picture. The following case is presented to illustrate the clinical and biochemical features in the oldest subject yet reported.
Case Report
A 58-year-old male electrician was admitted to the Southern General Hospital, Glasgow on 10.8.64 with a history of 'abdominal paitn and swelling of three days' duration. The pain was colicky and epigastric in site. It had settled on antacid therapy before admission. There was a rather vague history of indigestion o'f this type occurring (as on this occasion) after drinking alcohol.
He stated that he had always had dark skin and that there was no racial basis to this. He had no history of industrial exposure to pigmenting agents.
His previous medical history was of little consequence but he had been admitted to the Southern General Hospital in September, 1954 with a fracture of the zygoma, sustained in a car accident. He was not unconscious on that occasion and there is no history of shock and no comment on pigmentation in the admission summary. RecoveryWas uneventful without specific therapy.
His family 'history is summarised in Figure 1 .
There is a history of cutaneous pigmentation in the father of the patient and two maternal uncles ( Figure 1 The 17-ketosteroids were estimrated 'by the method of Moxham and Nabarro (1956) as were the total 17-ketosteroids. 'Porter-Silber dhromogens were determined by Kornel's (1959) procedure. tPregnanetriol was measured according to Fotherby and Love (1960) . Plasma cortisol was estimated by a modification of the method of Mattingly (1962).
In the control urines the finding of markedly elevated 1 7-ketosteroids with low-normal PorterSilber chromogens i(Kiornel) is consistent with a diagnosis of an adrenogenital syndrome involving defective hydroxylation at C-21. This could be bilateral hyperplasia or else a tumour, and the suppression of the 17-katosteroids by betamethasone confirms that it is due to the former condition. The wide discrepancy between the 17-hydroxycorticosteroid *figures as measured by the two techniques is understandable, since only the borohydride procedure estimates 21-deoxy-compounds of the type found in such a condition.
The pregnanetriol figures, whilst elevated, are not so high in the control urines as might be expected; but the response to ACTH is again characteristic of congenital adrenal hyperplasia.
So, too, the normal plasma cortisol level, in response to the increased circulating corticotrophin (evidenced by skin pigmentation) and the almost complete 'failure to respond to exogeneous ACTH is consistent with a diagnosis of congenital adrenal hyperplasia.
Urinary gonadotrophin assay was performed by Loraine's (1949) technique. In September, 1964 'the assay revealed less than 5 mouse units excreted in 24 'hours-a subnormal response. Repeat assay in July, 1965 revealed greater than 5 but less than 10 mouse units excreted in the urine in 24 hours-a normal result. This again is consistent with pituitary gonadotrophin suppression by the abnormal androgens of the adrenogenital syndrome. The July result reflects probable suppression of adrenal androgen production by exogenous cortisone.
The diagnosis of congenital adrenal hyperplasia due to a 21-hydroxylase deficiency was made. The other diagnoses were of duodenal ulcer and subsequent iron deficiency anaermia. The causes of the chronic renal failure and ascites were not discovered.
Management
The patient had a short course of penicillin and streptomycin for 'his chest infection and this produced some improvement in X-ray appearances. His weight fell 4 lbs., his shifting dullness disappeared and abdominal paracentesis was negative after bendrofluazide and potassium therapy. He was given a course of ferrous sulphate for his mild hypochromic anaemia. Cortisone therapy was started on 2.12.64 at a dosage of 12.5 mg. cortisone acetate b.d. As a result of the urinary ketosteroid results of 11.2.65 (Table 3 ) the dosage was increased to 12.5 mg. t.i.d.
Discussion
As already stated, this is probably the oldest recorded case of congenital adrenal hyperplasia. This is of special interest 'because of his pigmentation which was characteristic of hypoadrenalism. The presence of adrenal insufficiency is further supported by the failure of his plasma cortisol to rise normally in response to the ACTH infusion. Pigmentation is an unusual presentation of adult congenital adrenal hyperplasia cases since they tend to be predominantly females, discovered following investigation of hirsutism, masculinisation or sexual precocity (Wyk, 1962; Thorn, 1963; Bongiovanni and Eberlein, 1955) . There is occasional mention of pigmentation in congenital adrenal hyperplasia in children in standard references (Thorn, 1963; Lisser and Escamilla, 1957) .
The patient was started on steroid therapy to control his hypoadrenalism and to reduce the known risks of developing adrenal carcinoma in untreated congenital adrenal hyperplasia (Hamwi, Serbin and Kruger, 1957) . As yet there has been no regression in his pigmentation but his urinary ketosteroids have fallen to a normal level (Table 3) . The patient's involuntary infertility is also of considerable interest. Perlhoff and Hadd (1957) reported the case of a 36-year-old unmarried male who presented with impotence and general tiredness. He had the adrenogenital syndrome. The testicles, though apparently grossly normal, were revealed !by biopsy to have reduced maturation of spermatozoa. This was confirmed by a low sperm count and a reduction in motility of his sperm. Gabrilove (1958) reported a case of a 28-year-old male with the adrenogenital syndrome. He also had a maturation arrest of his spermatozoa on testicular biopsy and a reduced sperm count. In both cases the authors reported an increase in sperm count and motilitv on steroid therapy. In the present case, the rise in urinary gonadotrophin secretion, *occurring after adequate steroid therapy, probably reflects release of the pituitary gonadotrophin secretion from the inhi/biting influence of adrenal androgen. It is possible that a num!ber of potentially curable cases of involuntary infertility are not being treated because of failure to recognise cases of adrenal hyperplasia. As Gabrilove's (1958) 
